The 
OBJECTIVE.
The purpose of this study was to discriminate typical (type A) from atypical (type B) Mayer-Rokitansky-KUster-Hauser (MRKH) syndrome (congenital absence of vagina and uterus) and determine their association with renal anomalies and ovarian disease.
MATERIALS AND METHODS. The excretory urographic, sonographic, and laparoscopic findings in 91 patients with MRKH syndrome were compared retrospectively. Symmetric muscular buds and fallopian tubes were diagnostic of type A, and asymmetric muscular buds or abnormally developed fallopian tubes were diagnostic of type B. that can be used to distinguish typical from atypical forms and to correlate the association of congenital renal anomalies with these two entities.
RESULTS. On the basis of laparoscopic findings, type A was diagnosed in 40 patients (44%) and type B was diagnosed in 51 patients (56%)
.
CONCLUSION. Discrimination

Materials and Methods
From 1982 to 1990 at the University Hospital Nijmegen in the Netherlands, MRKH syndrome was diagnosed in 91 patients between 15 and 45 years old (mean age, 25 years). The diagnosis was based on findings at physical examination and laparoscopy in all patients. Signs and symptoms included primary amenorrhea (78%), sterility (9%), and dyspareunia (13%). None of the patients had a medical history that suggested urologic disease (pain, hypertension, pyelonephritis, urinary abnormalities) or testicular feminization. In retrospect, no indication of MRKH syndrome could be found in the relatives of these women. Nine patients (10%) also complained of concomitant cyclic abdominal pain. On the basis of laparoscopic findings, a distinction was made between typical (type A) and atypical (type B) forms: patients with type A had symmetric muscular buds and normal fallopian tubes (Fig. 1) ; patients with type B had asymmetric muscular buds (aplasia of one or both buds or, when both buds were found, one bud smaller than the other one), or abnormally developed fallopian tubes (hypoplasia or aplasia of one or both tubes) (Fig. 2) .
In all patients, excretory urograms were obtained in order to exclude congenital urinary tract abnormalities.
Sonography was per- We retrospectively reviewed the excretory urograms, sonograms, and laparoscopic findings. Renal agenesis was diagnosed on the basis of findings on excretory urograms, that is, no opacification of the urinary tract on one side, a normal or enlarged kidney on the other side, and no other abnormalities.
Renal hypoplasia was diagnosed if the kidney was very small but otherwise similar to a normal organ [11] . Faulty gonadal differentiation can occur, with consequent production of mUllenian inhibiting facton, which induces regression of the m#{252}llenian ducts, as normally seen in males. Depending on the onset of production of m#{252}llenianinhibiting factor, and the asymmetry in production by the two gonads, the development of the m#{252}llenian ducts would stop at various stages. This theory could explain the uterine asymmetry.
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